Papillary fibroelastomas are cardiac benign tumours. Among the benign cardiac tumor, papillary fibroelastomas are reported second after myxomas. Most often diagnosed incidentally, papillary fibroelastomas may embolize to cerebral circulation. Valvular locations are predominant; location in left atrium is rare. In this paper, we present a case of papillary fibroelastoma located in left atrium with symptoms of cerebral embolization. Transoesophageal echocardiography diagnosed a mobile mass. The patient was treated with surgical resection without further embolic complication.
Introduction
Primary cardiac tumors are rare. In autopsy series their incidence varies between 0.0017 and 0.28%. Papillary fibrolelastoma (PFE) is the third most common benign cardiac tumor after atrial myxomas and lipomas. PFE constitutes 10% of primary cardiac tumors [1] . The majority of PFEs are asymptomatic. Cardiac tumors are a rare cause of cerebral emboli. Most often when diagnosed, PFE may embolize to cerebral circulation. When a patient presents a cerebral embolic event not explained by other cardiovascular or neurological diseases, transthoracic echocardiography (TTE) and transesophageal echocardiography (TEE) are necessary to exclude cardiac tumor.
Case Report
A sixty-four-year-old woman was referred to the department of cardiovascular surgery for the management of ischemic cerebral stroke suspected of cardiac etiology. During the preceding four months, she experienced one episode of transient ischemic cerebral attack. Physical examination was consistent with a monoparesis of left upper extremity and left facial paralysis. No more sign occurred. Cerebral CT scan revealed embolic lesion in the right sylvian artery area. Medical history showed a high blood pressure and hypercholesterolemia. The patient had no prior history of arrhythmia. Electrocardiogram (EKG) and Holter EKG were in sinusal rhythm. Investigations in search of a potential cause of cerebral embolism included a Doppler ultrasound of the carotid arteries which was normal. Transthoracic echocardiography (TTE) (Figure 1 ) showed an 8 × 8 mm mobile mass attached to the left atrium wall. Transesophageal echocardiography (TEE) ( Figure 2 ) showed a second mass attached to free wall of left atrium (4.3 mm).
The tumors were excised under normothermic cardiopulmonary bypass using ascending aorta and bicaval cannulation. Anterograde blood cardioplegia was used. The left atrium was exposed by extended vertical transatrial septal incision (Guiraudon). Two tumors were found: a 10 mm friable translucide mass was attached between the two pulmonary veins and a 6 mm tumor located in left atrium between right inferior pulmonary vein and the base of anterior mitral leaflet. The left atrial appendage was closed. Mitral leaflet and subvalvular apparatus were inspected and were free of tumors. After bypass arrest a TEE confirmed a left atrium cavity with no tumor. Histological examination showed a papillary fibroelastoma including few fibroblasts, collagenous tissue, and elastic fibers surrounded by mucopolysaccharide acid. The patient had uncomplicated perioperative course and was discharged from hospital on postoperative day 8. At the 6-month followup, the patient was well. She has not experienced any neurological event. Transthoracic and transesophageal echocardiography did not find any recurrent tumour at 6-month followup.
Discussion
PFE is a rare primary cardiac tumor. PFEs are predominantly found on the valvular endocardium (80%). Although they may be present anywhere in the heart, but the location in left atrium is rare [2] . Most of PFEs are asymptomatic and are found during autopsy. TTE resolution will not detect tumor as small as 2 mm [3] , but is highly precise in larger tumors. Etiology of papillary fibroelastoma is unknown. Multiple theories have been advocated: inflammatory reaction of infection, neoplasms, congenital malformation, or organized thrombi. Two cytogenetic studies [4, 5] showed a structural rearrangement involving chromosomes 5 and 21. A prior study suggested a balanced translocation in both stemline clones in the case, whereas the second case showed unbalanced rearrangement in only the sideline clone [5] .
Tumor's location in the heart determines symptoms. Left side location is associated with embolism in systemic circulation which induces cerebral ischemia, myocardial infarction, retinal artery obstruction, renal infarction, and mesenteric or limb ischemia. High potential embolism and high risk of recurrent cerebral ischemia of PFE justify surgical resection [6, 7] . Right-sided friable cardiac tumors can induce recurrent pulmonary embolization and pulmonary hypertension [8] . We believe that all papillary fibroelastoma should be removed surgically, even if the asymptomatic could be exposed to the risk of embolic complications from this benign tumor. There are controversies about the management of PFE; some authors suggest that small asymptomatic tumors should be observed while the larger mobile tumors should be excised [3] . This patient did not have a dilated left atrium. We used the extended vertical transatrial septal incision which resulted in good exposure. After tumor's excision, we closed the left atrial appendage to prevent further thrombus and embolization. The appendage presentation is rare [9] .
Conclusion
Papillary fibroelastoma is a rare cause of cerebral emboli and should be suspected and ruled out in such clinical presentation.
